Esophageal duplication cyst (EDC) is classifi ed as a subgroup of foregut duplication cyst. They are very rare and predominantly detected in children. We present an unusual cause of wheezing in a 2-month-old infant. The diagnosis of EDC was suspected by bronchoscopy, provisionally confi rmed by magnetic resonance imaging, and followed by successful surgical excision of the cyst. We conclude that foregut duplication cyst of the esophagus is very rare, and must be considered in the differential diagnosis of persistent wheezing in infants who do not respond to conventional treatment.
Introduction
Esophageal duplications are rare congenital anomalies and are the second most common duplications of the gastrointestinal tract in children. [1] Patients usually present with respiratory distress because of airway compression (due to enlarging mass), or are asymptomatic with a thoracic mass found incidentally on chest radiograph. [1] They are prone to develop complications (bleeding, infection, etc.,) and even malignancies. The treatment of choice for these cysts is surgical excision. [2] Very few case reports have been described in literature in infants. We are reporting a rare case of esophageal duplication cyst in a 2-month-old infant who presented with persistent wheezing.
Case Report
A 2-month-old, male infant presented with a history of fever and increased respiratory rate for 3 days. Infant was born as full term, weighing 2600 g, through caesarean section to a primigravida mother. Antenatal and perinatal history was uneventful. On physical examination, he had tachycardia, tachypnea with sub costal retractions, maintaining oxygen saturation of 88% at room air. There was no facial dysmorphism and other obvious congenital malformation. Bilateral rhonchi were present on auscultation of the chest. Other systemic examination was normal.
Hemogram and other biochemical parameters were normal. Chest radiograph revealed only bilateral hyperinfl ation [ Figure 1 ]. The provisional diagnosis of bronchiolitis was made, and the infant was kept on supportive treatment. Despite all supportive measures, wheezing persisted even after 7 days, so we thought of investigating for alternative diagnosis. The bronchoscopy was done, which revealed external airway compression. Magnetic resonance imaging (MRI) scan of the neck was done, which revealed a well-defi ned lobulated smoothly marginated lesion of altered signal intensity in pre-/left para-esophageal region at subcarinal level. Lesion was abutting the esophagus medially, trachea anteriorly and aortic arch laterally. mucosa with well-developed sub mucosa, muscularis propria, and serosa. These findings confirmed the radiological diagnosis. On follow-up at 6 months, infant had shown normal growth and development.
Discussion
Esophageal duplication cysts result from a defect in the tubulation (vacuolization) of the esophagus, occurring in the 6 th week of embryonic life. [3] The incidence of congenital esophageal cyst is estimated to be 1:8200, with male sex predominance (2:1). [4] Esophageal duplication can be associated with other congenital anomalies, such as small intestinal duplication, esophageal atresias distal to the duplication, tracheoesophageal fi stulas, and spinal abnormalities, including scoliosis, hemi vertebrae, and fusion. [5] In our patient, there were no associated anomalies. Table 1 shows the recent case reports of foregut duplication cysts in children. [1, [6] [7] [8] [9] [10] The duplication of the esophagus may be of three forms: (1) A cystic form (most common) that may or may not communicate with the esophageal lumen, (2) a tubular form or (3) a diverticular form. [6] They are usually found in the posterior mediastinum with protrusion into either the right (common) or left thoracic cavity beneath the parietal pleura, with the majority of lesions in the lower half of esophagus. [1] Computer tomography scan and MRI helps in delineating the size, location, extent, and the anatomic association of the mass to other organs. Esophagogram also helps in diagnosis. [3] After diagnosis, surgery should be done as early as possible to avoid complications such as infection, mass effects, hemorrhage, rupture, or neoplastic degeneration. [2] The treatment of choice is complete surgical excision due to the possibility of degeneration and ease of removal. [2] The prognosis for these lesions is [1] Thoracic foregut duplication cyst 2 years Emphysema (fever, cough, and respiratory distress)
Cured after surgery
Kim and Park [10] Hypo pharyngeal foregut duplication cyst Neonate Airway obstruction and stridor Full recovery after surgery Fraser et al. [7] Pharyngeal foregut duplication cyst
Neonate
Airway obstruction Cured after surgery Nazem et al. [6] Duplication of cervical esophagus
months
Meningitis (fever, neck stiffness, and respiratory distress)
Cured after surgery
Petrović et al. [9] Thoracic tubular duplication cyst 10 months Persistent wheezing Surgically cured excellent, with no reports in the literature of recurrence following excision.
Conclusion
Foregut duplication cysts of the esophagus are very rare, need strong clinical suspicion for diagnosis, and must be considered in the differential diagnosis of persistent wheezing in infants who do not respond to conventional treatment.
